Congenital insensitivity to pain is a rare inherited disorder ®rst described in 1932 by Dearborn 1 . About forty cases have been formally reported. The condition can be inherited as autosomal recessive or dominant, and can be sporadic; the family reported here had a recessive pattern. Presentation in childhood is commonly at the time of tooth eruption, with biting and self-mutilation of lips, tongue and digits. Pyrexia of unknown origin is another way the condition can show itself in early infancy. Cuts, abrasions and burns of the limbs are common 2 .
The pathology is unclear but may include sensory neuropathy, central lesions at the level of the reticular formation or dorsal horn of the spinal cord and central indifference to or asymbolia for pain 3 . Reported ®ndings have included a decrease in unmyelinated nerve ®bres on ultrasound analysis of peripheral nerves 4 , anhidrosis on the application of pilocarpine 4 and peripheral absence of substance P nerve ®bres 5 .
Diagnosis relies on history and observation: affected children are often considered`good' as they rarely cry. Unusual behaviour such as head-banging and self-mutilation may raise suspicions of learning disability. Thrush 6 proposed a set of diagnostic criteriaÐnamely, pain sensation absent from birth, entire body affected, all other sensory modalities intact and deep tendon re¯exes present. Important in the differential diagnosis are Lesch±Nyhan syndrome, osteogenesis imperfecta, child abuse and Charcot's neuropathy secondary to lead poisoning or porphyria. Special investigations should include intradermal injection of histamine. The normal wheal and¯are is present in congenital insensitivity to pain but absent in some forms of hereditary sensory and autonomic neuropathy.
For the orthopaedic surgeon, the main interest lies in delayed presentation of orthopaedic injuries and delayed diagnosis. The principal orthopaedic manifestations are recurrent fractures, neuropathic joints and osteomyelitis, and the possibility of non-accidental injury will often arise. In two of the children reported here, hypertrophic nonunion was troublesome and we had to resort to open reduction and internal ®xation, with prolonged immobilization in plasters. The mainstays of treatment are education and accident prevention. Hazards diminish with age. Infants can wear gloves to prevent mutilation of the digits and crash helmets to protect against head injury. To prevent the misdiagnosis of non-accidental injury we provided the parents with documentation explaining this rare condition, to present when attending casualty departments. Abnormal development of ectodermal tissues in fetal life can result in later disorders affecting both brain and skin.
Psychosis in hypomelanosis of Ito

CASE HISTORY
A white woman aged 35 was brought by her mother because of aggressive behaviour, worsening confusion, hallucinations and bizarre delusions. She was learningdisabled and had been epileptic since infancy. Her hallucinations were multiple voices, with which she sometimes conversed, and she appeared to be seeing things when she looked to the left. She had delusions of identity including her own and believed that her family members were strangersÐfeatures of the Capgras syndrome 1 . For the past year her seizures had increased in frequency, coincident with deterioration in her psychiatric condition, after valproic acid had been prescribed for seizure control. Multiple anticonvulsants in large doses, singly and in various combinations including carbamazepine, lamotrigine, lorazepam, phenobarbitone, clonazepam, felbamate, diazepam, ethotoin, phenytoin, gabapentin and clorazepate, had all been tried. Her seizures lasted several minutes and consisted of bilateral circular arm movements followed by licking of the hands and arms in a feline manner. These spells were accompanied on the electroencephalogram by left temporal slowing, frequent sharp waves and spike-wave discharges with secondary bilateral synchrony. Polyspiking was also seen over the left temporal and central regions. Blood tests including aminoacids were normal, as were her chromosomes. Perphenazine 40 mg daily did not control the hallucinations but with additional risperidone 3 mg daily they were greatly reduced. Fndings on psychological testing and structured clinical interview were consistent with autistic disorder, including impairment in non-verbal behaviour and de®cient emotional reciprocity. On cognitive evaluation her full-scale IQ was 61, with no appreciable difference between verbal and nonverbal abilities. Regarding psychoeducational testing, her performance resembled that of a normal 5-year-old. A brief aphasia screen revealed largely intact expressive and receptive language and calculating ability with simple addition and subtraction. She displayed cranial-caudal extinction on double simultaneous touching and impaired left±right orientation and ®ne motor speed. There was particular weakness in tasks requiring planning and cognitive shifts. Her performance on tests of memory varied from normal to severely impaired.
A magnetic resonance scan of the brain revealed cortical dysplasia of the left parietal lobe with poor grey±white separation and enlargement of the left lateral ventricle and occipital horn. On physical examination, the most striking ®nding was the presence of depigmented whorls on the thorax and linear streaks down her legs corresponding to Blaschko's lines (Figure 1 ). Hypomelanosis of Ito was then diagnosed.
COMMENT
Hypomelanosis of Ito (or incontinentia pigmenti achromians) is a rare neurocutaneous syndrome of unknown aetiology ®rst reported in 1951 2 . Females are affected more frequently than males, and it is said to be an autosomal dominant trait with variable penetrance 3 . The occurrence of psychosis in this case could have represented psychosis of epilepsy' 4 , but psychosis has been reported in many of the neurocutaneous syndromes 5 . Without careful examination of the skin the diagnosis would have remained elusive.
